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Accepted 9 August 2013Superﬁcial angiomyxoma was ﬁrst described as a cutaneous
myxoma of Carney’s complex by Carney et al [1] in 1985. It was also
reported to be an independent cutaneous tumor without the mani-
festations of Carney’s complex, including skin pigmentation or mul-
tiplemyxomas over the heart, skin, or endocrine organs by Allen et al
[2] in 1988 and Calonje et al [3] in 1999. It is a rare benign cutaneous
tumorof soft tissue composedofprominentmyxoidmatrix andmany
blood vessels. Superﬁcial angiomyxomas arise more commonly in
males, with a peak incidence in the 4th decade of life [4,5].
Angiomyxoma tumors with a white, gray, or occasionally hem-
orrhagic appearance usually present as superﬁcial, painless, and
slow-growing nodules [2,3]. Grossly, the tumors arising from the
overlying skin are moderately well-circumscribed, soft, and lobu-
lated. These lesions are often located on the trunk, lower extrem-
ities, head and neck, and arms, and the cutting surface can be
glistening, slimy, translucent, gelatinous, or colloid-like. Only a few
cases of superﬁcial angiomyxoma on the vulvar area have been
reported in the literature [6]. Herein, we report a 13-year-old girl
with a superﬁcial angiomyxoma located on her left vulva with tu-
mor bleeding. After the mass had been resected, the bleeding
stopped and no recurrence was noted during a postoperative
follow-up period of 1 year.
A 13-year-old healthy female noted a mass on her left vulvar
area 4 years previously. The vulvar mass gradually enlarged
without any discomfort, but she did not seek medical advice.
Eventually the tumor started to bleed and the frequency of bleeding
increased. When massive vaginal bleeding from the tumor surface
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1028-4559/Copyright  2014, Taiwan Association of Obstetrics & Gynecology. Publishedtumor measuring 7 cm  3 cm  2 cm in size with a brownish and
eroded appearance was noted on the left vulvar area (Fig. 1A). The
lesion was soft and elastic with a jelly-like composition on palpa-
tion. No associated pathological skin pigmentation or nodules were
observed near the lesion.
To investigate whether the lesion extended into the pelvic or
abdominal cavity, computed tomography with contrast was per-
formed. The image showed that the mass originated from the
subcutaneous tissue without deep invasion through the perineal
fascia into the pelvic cavity (Fig. 2). Vulva lipoma or other soft tissue
mass was suspected, and excision of the vulvar mass was per-
formed smoothly (Fig. 1B). Microscopically, the mass showed a
lobulated tumor containing prominent myxoid stroma and thin
walled vessels (Fig. 3A), and a higher power view showed spindle to
stellate tumor cells. Diffused neutrophils were observed in the tu-
mor (Fig. 3B); however, there was no nuclear pleomorphism or
mitotic ﬁgures in the tumor cells. Based on the histological ﬁndings,
a benign superﬁcial angiomyxoma was diagnosed.
The postoperative course was smooth, and she was discharged 1
day after surgery. No recurrence was noted during a postoperative
follow-up period of 1 year.
Diseases of the vulva constitute only a small fraction of those
encountered in gynecological practice, and benign tumors of the
vulva account for 22% of vulvar diseases. Superﬁcial angiomyxoma
is a rare benign soft tissue tumor rarely reported in the genital
region, and to date only a few cases of superﬁcial angiomyxoma on
the vulva have been reported [6]. It is more commonly reported in
males than in females [4,5]. No metastasis or malignancy of su-
perﬁcial angiomyxomas has been reported [7]. The lesion should be
completely excised with a clear margin when possible. The rate of
local recurrence is approximately 30e40%, and is associated with
inadequate resection [2,3].by Elsevier Taiwan LLC. All rights reserved.
Fig. 1. (A) A pedunculated tumor arising from the left vulva with a brownish, elastic, and multilobular appearance. Some scale crust (black arrow) and erosive lesions (white arrow)
were observed on this tumor. (B) The tumor, measuring 7 cm  3 cm  2 cm, was excised.
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by clinicians, but rather by pathologists [7]. In microscopic ﬁndings,
superﬁcial angiomyxomas are well-circumscribed but unencapsu-
lated multilobulated lesions, which frequently extend to the sub-
cutaneous fat. The tumors consist of lobules of spindle-shaped or
satellite ﬁbroblast-like tumor cells with an abundance of myxoid
stroma containing numerous thin-walled, small-to-medium-sized
blood vessels and inﬂammatory cells [8]. The spindle cells of su-
perﬁcial angiomyxomas have been reported to be negative for
actin, S100, and desmin [7]. In addition, nuclear pleomorphism and
mitoses are uncommon in superﬁcial angiomyxomas.
Superﬁcial angiomyxoma was ﬁrst described with Carney’s
complex syndrome by Carney et al [1] in 1985. In 1988, 28 cases of
superﬁcial angiomyxomas without other evidence of Carney’s
complex were reported by Allen et al [2]. In 1999, Calonje et al [3]
also reported the clinicopathological and immunohistochemical
features of superﬁcial angiomyxomas as an independent disease
entity in 39 patients. Carney’s syndrome, a rare autosomal domi-
nant disorder, is characterized by neoplasia involving the heart,Fig. 2. Coronal view computed tomography. A subcutaneous vulvar mass with a well-
deﬁned margin was observed (star). The tumor did not invade through the deep
perineal fascia (arrow) into the pelvic cavity.central nervous system, and endocrine organs [1]. Cardiac myx-
omas can lead to sudden death, and the genetic defect responsible
for this complex may be caused by mutations of the PRKAR1A gene
on chromosome 17q. The presence of pigmented skin and mucosal
lesions is an important hallmark of this syndrome. The association
between Carney’s syndrome and superﬁcial angiomyxomas arising
in the genital region is unclear. However, when cutaneous myx-
omas are noted in multiple sites, Carney’s syndrome should be
highly suspected [7].
Superﬁcial angiomyxoma arises more commonly in males, with
an age distribution from birth to 82 years and a peak incidence in
the 4th decade of life [4e6]. These lesions can arise anywhere in the
superﬁcial tissue, but are most commonly found on the trunk,
lower extremities, head and neck, and arms. Only a few cases of
superﬁcial angiomyxomas in the genital region have been reported
[3,6,8]. In male patients, the tumors usually involve the scrotum. As
with our patient, the superﬁcial angiomyxomas previously re-
ported in females occurred over the vulva, groin, or mons pubis
with sizes ranging from 0.6 cm to 12.5 cm. However, the age of our
patient was younger than the mean age (23 years) noted in other
studies [3,6,8].
Our patient did not have associated manifestations of Carney’s
syndrome including skin pigmentation, mucosal disorder, or other
abnormal tumors. She also had no family history of myxomas.
Therefore, we highly suspected that the superﬁcial angiomyxoma
was an independent lesion. However, a superﬁcial angiomyxoma
may be the earliest presentation of Carney’s syndrome in some
cases [1]. Therefore, regular follow-up was still arranged for our
patient.
Superﬁcial angiomyxoma should also be distinguished from
aggressive angiomyxoma. Aggressive angiomyxoma occurs
commonly in the soft tissue of the pelvic and peritoneal region. It
occurs mainly in females and rarely inmales; however, it is not easy
to distinguish superﬁcial angiomyxoma from aggressive angio-
myxoma by clinical characteristics alone [6]. Histologically, a poorly
circumscribed and inﬁltrative margin is seen with aggressive
angiomyxomas. In addition, compared with the variable thin-wall
vessels in superﬁcial angiomyxomas, diffused median-sized thick-
wall blood vessels are noted in aggressive angiomyxomas [7].
Angiomyoﬁbroblastomas should also be distinguished from
superﬁcial angiomyxomas. Clinically, angiomyoﬁbroblastomas
almost always occur in the vulvovaginal region of females, but also
occasionally occur in the inguinoscrotal region of males. It is usually
a cystic lesion, such as Bartholin’s duck cyst. Histologically, angio-
myoﬁbroblastomas show a well-circumscribed margin and are
composed of alternating hypercellular and hypocellular areas [7].
The tumor contains numerous thin-walled, capillary-like vessels
Fig. 3. (A) The lobulated tumor contained prominent myxoid stroma and thin-walled vessels. Cystic and basaloid epithelial components are observed. Original magniﬁcation: 40.
(B) Thin-walled vessels and spindle to stellate tumor cells are observed. The presence of neutrophils is also characteristic of this tumor. Original magniﬁcation: 200. (C) Overlying
normal vulvar skin histology: 100.
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characteristics can be used to distinguish angiomyoﬁbroblastomas
from superﬁcial angiomyxomas.
In conclusion, superﬁcial angiomyxoma is a rare benign soft
tissue tumor, rarely arising in the genital region. These tumors can
be independent lesions or the earliest presentation of Carney’s
syndrome. Local recurrence is noted even after excision, and reg-
ular follow-up is recommended for these patients.References
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